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ABSTRACT
Diprosopus is an extremely rare form of congenital anomaly that results in partial or total duplication of the face.
Most cases of diprosopus are delivered as stillborn or die few moments after delivery. The aim of this report is to
alert clinicians that the antenatal finding of polyhydramnious may be strongly associated with fetal diprosopus,
this routine  high  resolution anomaly  scans should be  recommended  to  help  detect  such  anomaly  early  in
pregnancy. We report a case of a female neonate with partial duplication of the face (diprosopus) delivered by a
39 year old booked multipara.  Baby’s condition deteriorated within 24hrs with worsening respiratory distress and
died on the 2
nd day of life.
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INTRODUCTION
Diprosopus,  is  a  Greek  word  for two-faced.
1 This
congenital anomaly is often referred to as craniofacial
duplication  in  which  there  is  partial  or  total
duplication  of  the  face. However,  the fetus has a
single  trunk with normal  limbs. In a  typical
presentation the fetus has a duplicated nose with eyes
spaced far apart, but, in extreme cases, the baby has
the entire face duplicated (i.e. diprosopus).  It is an
extremely rare condition with a reported incidence of
1 case in 180,000-15 million births.
2 Cases of fetal
diprosopus  have  been  reported in  Italy
3,  Germany
4,
Spain
5,  Saudi  Arabia
6,  Turkey
7 and  India.
8 To  our
knowledge this is the second case reported in Nigeria,
after the case reported by Ibrahim et al
9
Several attempts  have  been  made  by  several
researchers to explain the mechanisms that leads to
craniofacial  duplication. In  the presence  of    two
completely formed, but identical faces, the babies are
often referred to as a rare variant of conjoined twins.
This mechanism resulting in two faces is considered
to  have  occurred  as  a result of cranial  bifurcation
during neurulation of the notochord.
10 Two vertebral
axes develop alongside the neural plates as a result of
the  bifurcation  including neural  crest  derivatives.
Facts from the literature also revealed that 0.4 percent
of diprosopus is seen in conjoined twins.
10 Another
possibility is  that  there could  be  an  increased
production of sonic hedgehog (SHH), a protein which
is  essential  for  craniofacial  patterning  during fetal
development; this has already been demonstrated in
chicks  by  researchers  in  an  experimental  studies.
11
These studies showed that the chicks were born with
anomalies  including  double beaks with their eyes
spaced  far  apart. In  contrast,  the  researchers  also
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found  that  too  little  SHH led  to  abnormal midline
facial features resulting in cyclopia.
11
Prenatal diagnosis is possible for diprosopus using in
utero technics including  ultrasound  and computer
tomography  (CT)  scanning. The  presence of
polyhdromnios is considered as a strong indication of
craniofacial  duplication. Presently,  there  is  no
treatment for    diprosopus  however,  termination  of
pregnancy  is sometimes considered an option,
especially if diagnosed is made early in pregnancy.
Children with this defect are normally stillborn, but a
young girl, Lali Singh, born in 2008 survived for 2
full months before dying of a heart attack.
12 Partial
facial duplication, as in our case, is associated with
fewer  anomalies,  and  the  prognosis  is  better  with
symmetry  and  an  excess  of  tissue,  rather  than a
deficiency, favoring a positive result.
13 Most of the
cases reported were females (4 males/11 females).
5
To  our  knowledge,  there  have  been  less  than  150
reports of diprosopus in the world medical literature.
9
CASE REPORT
Baby AM, a female was delivered to a 39- year old
booked multipara. The mother had regular antenatal
visits.    The  mother  was  admitted  on  account  of
polyhydramnious  at  36  weeks  gestation.  She  had
abruptio placenta while on admission and, she was
delivered  of  the  baby  by  emergency  Caesarean
section.  Baby  required  minimal  resuscitation,  had
Apgar  scores  of  7  &  9  at  1
st and  5
th minutes
respectively. The birth weight was 2800grams, length
was  47centimeters  and  the  occipito-frontal
circumference  was  35centimeters.  Baby  was
uniformly  pink,  in  mild  respiratory  distress  with
SPO2 of 98%. The major findings were on the head
and neck.
Baby  had  one  cranium  with  2  faces  fused  at  the
midline, with a pair of mouth for each face. The left
face had an intact nose with the right face having a
trunk  like  organ  with  a  single  opening  for  a  nose.
There  were  2  intact  ears.  The  left  face  had  a  well
formed left eye; the other incomplete eye appeared to
fuse  in  a  transverse  groove  across  the  faces.  Each
head  had  an  anterior  fontanelle.  Baby  had  normal
female  external  genitalia.  Baby’s  condition
deteriorated within 24hrs with worsening respiratory
distress and died on the 2
nd day of life. The parents
declined autopsy.  However,  we  got  an  ethical
clearance  from  UDUTH  ethical  committee  and  an
informed consent from the parents to report the case.
Fig 1: Female neonate with diprosopus
DISCUSSION
Craniofacial  duplication  remains  a  rare  entity  with
only 27 cases reported since 1900.
14 Polyhydramnios,
a condition that is considered as an indication for
craniofacial duplication was detected in this patient.
The  risk  factor  for  congenital  anomaly  includes
familial tendencies, advance maternal age, previous
history and  polyhydramnious. The  patient  was  of
advance age and developed polyhydramnious during
the  third  trimester.  However,  repeated  ultrasound
scan done could not reveal other findings apart from
polyhydramnious. Perhaps a high resolution 4D scan
would  have  detected  these  congenital  anomaly  and
also  highlight  others  if  any.  Other investigations,
including CT-scan,  MRI  may  have  helped  in  the
diagnosis, but the cost of this investigation is beyond
the  reach  of  most  patients  in  our  environment.
Congenital anomalies are associated with myths and
beliefs, particularly in Africa and sub-Saharan Africa.
Thus, such babies are abandoned and poorly cared for
by  their  parents. Probably because diprosopus  is
rare, few management options including  corrective
surgeries have been documented.
15 The prognosis and
fetal outcome has remained unfortunately poor in all
cases reported.
CONCLUSION
Diagnosis  may  be  quite  elusive  during  pregnancy
with  many  cases  undetected  before  delivery.  High
index  of  suspicion,  full  evaluation of  cases  of
polyhydromnious and high resolution scan may help
in the early diagnosis and prompt intervention.463
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